Mucoceles of the appendix are very rare lesions and are occasionally associated with pseudomyxoma peritonei, a gelatinous ascites that arises from intraperitoneal rupture or degeneration of the mucocele. Rupture of a retroperitoneal mucocele of the appendix is extremely rare; pseudomyxoma extraperitonei has been previously reported in only five patients. We report a new case of pseudomyxoma extraperitonei due to mucinous adenocarcinoma of the appendix which presented initially as pyrexia of unknown origin followed by the appearance of an abdominal mass mimicking an iliacus abscess. This appears to be the first case reported as presenting in such a manner. CASE REPORT A 53-year-old lady presented to the haematology clinic with pyrexia ofunknown origin for four weeks. Physical examination revealed no abnormality apart from a gently undulating pyrexia between 37.4 and 38.5°C. WCC was 15.9 x 109/L. A chest X Ray, blood film and bone marrow biopsy were normal. A CT scan of the chest and abdomen showed a fluid-filled cavity in keeping with an abscess within the iliacus muscle with displacement of the caecum (figure). She was referred for a surgical opinion. We felt the abscess was secondary to appendicitis and managed her conservatively with antibiotics (cefuroxime and metronidazole). Her temperature settled down and she was booked for interval appendicectomy.
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At review in three weeks' time, a firm, nontender mass was felt in the RIF. Ultrasound scan showed a heterogeneous appearance of the mass, barium enema showed non-filling ofthe appendix, and colonoscopy revealed normal caecal mucosa.
A CT scan showing a mass in the region of the iliacus muscle with enhancement in keeping with an abscess with displacement of the caecum.
A biopsy was taken through an extraperitoneal approach and the presence of mucinous adenocarcinoma of bowel origin was confirmed. At laparotomy, a retrocaecal appendix was found to be replaced by a gelatinous tumour extending into the retroperitoneal space and infiltrating in between the muscle fibres. Right hemicolectomy and debulking of the tumour was carried out. The pathology confirmed the diagnosis of mucinous adenocarcinoma of the appendix. The patient received postoperative chemotherapy. She is still alive after a year.
DISCUSSION
Malignant neoplasms of the appendix are very rare tumours and are rarely diagnosed preoperatively. Mucinous adenocarcinomas constitute 8% of all malignant neoplasms of the appendix with an estimated incidence of 0.2 per 100.000 population per annum. Other malignant neoplasms of the appendix are carcinoid 85%, adenocarcinoma 4% and adenocarcinoid 2%. 70% of cases present with a picture mimicking acute appendicitis. Even at operation the correct diagnosis is made in less than half the cases. Most of the remaining cases present with a mass in the RIF.1 Appendiceal mucocoeles are encountered only in 0.2-0.3% of appendicectomies. They may be due to retention cysts (18%), mucosal hyperplasia (20%), cystadenomas (52%) and cystadenocarcinomas (10%).2 Only 6% of appendiceal mucocoeles will be associated with intraperitoneal accumulation ofgelatinous ascites ie pseudomyxoma peritonei. Rupture of a retroperitoneal mucocoele of the appendix is extremely rare,3 resulting in a condition termed pseudomyxoma extraperitonei,4 only reported in five cases. 3 4,5,6,7 Ultrasound and CT scan may contribute to the diagnosis ofpseudomyxoma peritonei. The typical findings of ascites, localised fluid collection throughout the abdomen and pelvis, omental thickening and deformity of the liver surface by extrinsic pressure of the peritoneal tumour implants (hepatic scalloping) suggest the diagnosis.8'9 However, the diagnosis of pseudomyxoma extraperitonei is very difficult, with the pre-operative diagnosis possible in only one previously reported case.7 The appearance of a homogeneous mass of water density in the retroperitoneal space may mimic a variety of other retroperitoneal conditions such as an abscess, or a hydronephrotic kidney.5 Pseudomyxoma peritonei significantly decreases survival of patients with cystadenocarcinoma of the appendix. The survival rate is only 25% at five years. The survival of patients with pseudomyxoma extraperitonei is not known due to the small number of cases but as it is a manifestation of extracoelimic spread, the prognosis is likely to be poor.10
Right hemicolectomy is the treatment of choice for all lesions with invasion beyond the mucosa. Aggressive debulking of any extracolonic extension, omentectomy, drainage of mucin collections, oophorectomy and multiple surgical procedures are often needed and are associated with better survival rate. The role of adjuvant therapy is not known. Various treatment modalities using radiotherapy and chemotherapy both intravenously and intraperitoneally have been tried in pseudomyxoma peritonei,I', 12 but their role has not yet been clearly defined due to the paucity of reports.
